This cross sectional observational study was carried out in the department of Neurology, Dhaka Medical College and Hospital (DMCH) 
Introduction
Amyotrophic lateral sclerosis (ALS), also known as Lou Gehrig disease, is the most common variant of mator neuron disease (MND) characterized by a combination of upper and lower motor neuron features. Since its discovery in 1874, is has remained a medical mystery. Researchers have not yet able to detect its cause, cure and effective treatment (Clark et al. 2005 ). Epidemiological study conducted in the western world reveals Amyotrophic lateral sclerosis (ALS) develops with a uniform frequency in major western countries. The annual incidence is about 2 per 100,000 in the United States; peak age of onset is between 55 and 75 years. Men are affected more frequently than women; however, this sex discrepancy is not as pronounced in familial cases. The clinical feature of ALS in different regions of the world was studied extensively in the researches published by Gubbay et al.(1985) ; Mortara et al.(1981) ; David et al. 1981 ) and Rosen (1978) . It was noted that almost all the features including sex distribution, pattern of presentation, and most importantly prognosis varied from western population to indian population. Clinical electromyography is a distinct medical discipline that plays a pivotal role in the diagnosis of neuromuscular disorders (Katirij et al. 2002) . The clinical EMG examination is an important diagnostic tool that helps localize a neuromuscular problem at the motor neurons,nerve roots, peripheral nerves, neuromuscular junction, or muscle. It also helps establish the underlying process in these disorders and assess their managemant and prognosis. The clinician should perform a detailed or focused neurological examination before referring the patient for a clinical EMG, which in turn serves as an independent procedure to provide an objective assessment of the peripheral nervous system (PNS) (Katirji,2002) . The clinical EMG examination is composed of two main tests: nerve conduction studies (NCS) and needle EMG. These tests complement each other, and both often are necessary for a definite diagnosis Neurovascular disorder. Additional electro diagnostic procedures include assessment of F waves. A focused history and examination will help the electromyographer design the most appropriate electro diagnostic study (Preston and Shapiro,2005) . Considering these diversity of presentation of ALS especially predominant in india, who have almost similar epidemiological pattern of distribution of population in comparison to Bangladesh, this study intend to evaluate the pattern of clinical presentation along with electrophysiological study and to inquest any risk factor association in our population. A set of electro physiologic criteria has gained general acceptance to avoid falsely diagnosing this fatal disease.
Materials and Method
1. Fibrillation and fasciculation in at least two muscles innervated by different nerves and roots in each of three limbs, or in two limes and the head.
2. Reduction in number and increase in amplitude and duration of motor unit action potentials.
3. Normal electrical excitability of the serving, motor nerve fibers.
4. Motor fiber conduction velocity within the normal range in nerves less than 70 percent of the average normal value according to age in nerves of more severely affected muscles.
5. Normal excitability and conduction velocity of Afferent nerve fiber even in severely affected limbs.
Operational definitions:
Motor Neuron Diseaser: It is an idiopathic progressive degenerative disorder of upper motor neuron and lower motor neuron or both.
Amyotrophic lateral sclerosis (ALS):
It is classical variety of motor neuron disease where combination of UMN and LMN lesions are present, diagnosed on the basis of Awajishima consensus using Airlie House criteria and El Escorial criteria.
and expressed in millivolts. When recorded with surface electrodes, CMAP amplitude is a semiquantitative measure of the number ofaxons conducting between the stimulating and recording points.
Latencies: Latency is the time interval between nerve stimulation (shock artifact) and the CMAP onset. Expression of latency is in milliseconds and reflects the conduction rate of the fastest-conducting axon.
Conduction velocity: This is a computed measurement of the speed of conduction expressed in meters per second.
SNAP amplitude:
This semi quantitatively measures the number of sensory axons that conduct between the stimulation and recording sites. The calculation is from the baseline to negative peak or from negative peak to positive peak, and expressed in microvolts.
b) Needle Electromyography:
During an EMG, electrical potential in MND derived from contracting and no contracting muscle are recorded from a small disposable needle electrode and are displayed on an oscilloscope screen. The amplified electrical activity may be heard 
Ethical consideration:
Prior to the commencement of this study, the research protocol was approved by the local ethical committee.
Results
A total of 42 patients were included in this study, majority 10 (23.8%) patients were age belonged to 51-60 years (Table-I ). The mean age was found 44.64± 16.4 years with range from 18 to 85 years. Male-female ratio was 3.2: 1 ( Figure-I ). Majority 35(83.3%) patients had duration of illness for 1-2 years. Regarding the pattern of involvement at the onset of the disease, it was observed that majority 24(57.1%) patients had upper limb onset, followed by 14(33.3%) and 4(9.5%); who had lower limb onset and bulbar onset respectively ( Table-II) . Among them a large proportion of patients (40.5%) had muscle wasting followed by 14 (33.4%) and 9 (21.40%), who had muscle weakness and muscle fasciculation respectively ( Table-III) . Twenty seven (64.3%) patients had possible ALS followed by 11(26.2%) had probable ALS and 4(9.5%) had definite ALS (Table-IV In this study, sensory nerve conduction studies and F-wave latencies were normal in all cases. CMAP was reduced in 38.1 % cases in upper limbs and 23.8% cases in lower limbs, which is consistent with standard nerve conduction studies in ALS. However, motor nerve conduction velocity and distal latency were abnormal in few cases, though none was in the range of demyelinating neuropathy. Mills and Nithi (1998) also showed that reduction in the amplitude of compound muscle action potentials (CMAP), prolongation of distal motor latency (DL) and F wave latency were found in 36%, 34% and 19% of hands respectively. This features probably reflected the physiological age-related conduction slowing.
We had several limitations. Firstly, study period was very short. Secondly the sample size was small and finally, the data 'from a tertiary care hospital may not reflect the total scenario of the country.
Conclusion:
Electrophysiological study is invaluable tool in the diagnosis of Amyotrophic lateral Sclerosis (ALS), particularly when clinical evidence of lower motor neuron features are lacking or absent in some of the body region. Our study showed that the diagnostic yield is significantly higher with combine clinical and electrophyiological features compare to clinical feature alone for diagnosing ALS cases.
